REPEATED reports from Japan and from north European countries have brought attention to a new clinical syndrome called "pulseless, or Takayasu disease." The condition is found in young women and is characterized by thrombosis of the vessels deriving from the arch of the aorta associated with cerebral, ocular, and upper extremity symptoms. Its etiology is obscure. We are presenting a case of this disease observed in a young Negro woman and studies carried out to clarify the pathogenesis of the disorder and its differentiation from the other known arterial diseases.
The patient was first seen on our service in October 1954. She complained of generalized weakness and experienced several episodes of dizziness and palpitation. The attacks were related to exertion and were relieved in a few minutes by lying down. On 2 occasions the patient lost consciousness for a short period of time, but had no convulsions. In March 1953 she was hospitalized elsewhere, where a diagnosis of congenital heart disease was entertained. Thoracotomy revealed partial occlusion of the great vessels of the aortic arch in their proximal portions, and more completely distally. As surgical correction was impossible, nothing further was done. The past history was negative for colds or upper respiratory infections. There was no personal or family history of syphilis.
Physical examination revealed a well developed 13-year-old Negro girl. There were no trophic changes in nose or mouth. The pupillary reflexes and ocular fundi were normal. There was marked tenderness in the left supraclavicular area. The chest was clear, and there were no palpable pulsations or bruit over the intercostal arteries. The heart was not enlarged. There was a grade I soft systolic murmur in the aortic and right cervical areas. A loud, high pitched, systolic murmur was heard in the left supraclavicular area. The murmur was not transmitted to the carotid arteries and did not change in character with pressure of the stethoscope bell. Venous pressure and circulation times with ether and dehydrocholic acid were normal. Radial, brachial, and temporal arteries were not palpable. Carotid pulsaFrom the Department of Internal Medicine, Creighton University School of Medicine, Omaha, Neb. tion was absent on the left and was slight on the right. Compression of the carotid sinuses caused dizziness but no loss of consciousness or pulse changes. Femoral, popliteal, and pedal pulses were strong and symmetrical. Except for the left hand being 2 degrees cooler than the right, there were no skin temperature changes between the 2 sides. On oscillometry, oscillations were absent in the arms, but in the thighs and calves they were strong and symmetrical. The vealed the fibrosis to be the result of a panarteritis. All 3 layers of the arteries were involved with most evidence pointing to a primary periarteritis. In Harbitz's case4 the round-cell infiltration in the aortic adventitia was very pronounced. Similar inflammatory changes were present in the carotid and subclavian arteries. There were no giant cells in the media so characteristic of temporal arteritis" 14 and no fibrinoid degeneration in the intima as occurs in thromboangiitis obliterans.15, 16 Benekel also described primary periarteritis of the aorta with necrosis of the media and sclerosis of the intima. Oota6 reported marked fibrosis of the adventitia of the aortic arch and its branches and atrophy of the media. The granulation tissue showed lymphocytic and plasmacellular infiltrations. In Frovig's case' the aorta and its branches revealed massive inflammatory foci in the media and adventitia. The medial coat showed a fibroblastic proliferation with numerous giant cells. However, the importance of these findings should not be overestimated as giant cells are a common finding in atrophy of muscular or elastic tissue.17 Primary periarteritis with secondary thrombosis may also be suspected in the cases of A\nariiiescu and Kreindler, 8 Gilmour,9 and Maspetiol and Taptas," although in these cases fibrosis and degenerative changes were predominant.
The pathologic changes are characteristic enough to regard the condition as an independent syndrome that can be differentiated from other inflammatory and degenerative arterial disorders. As shown in our case, the primary lesion apparently consists of an acute neutrophilic periarteritis that progresses to panarteritis and causes arterial thrombosis. Later stages are characterized by fibroblastic hypertrophy of adventitia and chronic inflammatory changes.
In view of these findings the report of the Ccmmittee on Nomenclature of the American Society for the Study of Arteriosclerosis'8 that the "aortic arch arteritis" is a proliferative disorder involving the intimal and medial coats needs a revision. The definition was possibly influenced by the case report of Barker and Edwards19 of arteritis of the aortic arch in a 62-year-old woman. However, the patient was not a typical example of "pulseless disease;" and the clinical and pathologic findings show a KOSZEWSKI AND HUBBARID far greater similarity to the central form of temporal arteritis, as reported previously by Sproul and Hawthorne, 20 and Gilmour.9 Prognostically, "pulseless disease" or "branchial arteritis," as we would call it, is a serious condition as most cases died before the fourth decade with death usually resulting from cerebral ischemia or coronary insufficiency.7 The course of the disease is chronic and progressive but with variable remissions. Spontaneous regression appears possible as some cases showed only minimal inflammatory changes at the time of the autopsy.8' 10, 11 The treatment has in most cases had little effect on the course of the disease. Surgical measures such as thrombectomy, sympathetic denervationi, and grafting of the carotid artery have not, been successful. A dose of hydergine or priscol was injected down the catheter into the main stem of the pulmonary artery of 9 patients with mitral stenosis, 1 with mitral stenosis and regurgitation, 1 with mitral stenosis and aortic stenosis, 1 with pulmonary heart disease and 1 with pulmonary stenosis. Hydergine produced no constant effect on cardiac output, pulmonary arterial pressure, or pulmonary resistance. There was no evidence that it was a pulmonary vasodilator. Priscol had a variable effect except for an invariable increase in heart rate. Priscol also occasionally raised pulmonary artery pressure, perhaps by a direct effect upon arterial smooth muscle. It is therefore potentially dangerous in persons with pulmonary hypertension. 
